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Background:  Coronary arteriovenous fistulas (CAVFs) are present in 0.002% of the general population and are occasionally associated 
with other congenital heart diseases. We describe a rare case of CAVF, ASD, Pulmonic Stenosis and Retinitis Pigmentosa in the same 
patient.
case:  A 53-year-old man, with Retinitis Pigmentosa was admitted to the hospital with history of pre-syncope, exercise intolerance and 
chest pressure. Stress ECHO showed segmental wall motion abnormality in his antero-lateral wall. Coronary angiogram showed only 40-
50% stenosis in the LAD. Dominant left circumflex coronary artery was large and ectatic with an AV malformation arising from it. Cardiac 
CT angiography revealed a large, tortuous LCX artery with a CAVF noted to arise just distal to the 1st obtuse marginal branch, traversing 
posterior to the left atrium forming a complex web of AV malformations into the lung parenchyma and also a large secundum type 
ASD. Interestingly, he was originally diagnosed with pulmonic valve stenosis with Eisenmenger’s shunt at the age of 6 for which he had 
pulmonary valvotomy done. Cardiac catheterization prior to valvotomy had revealed right to left shunt with a brachial arterial SaO2 of 81% 
and RVSP of 120 mm Hg. In 2007, he was evaluated for hemoptysis, due to multiple pulmonary AV malformations ,treated with coiling.
decision Making:  Initial opinion was to close his CAVF as it was felt that coronary steal involving the LCX was causing his chest pain and 
wall motion abnormality. Further history from patient revealed that he had exercise intolerance and cyanosis of lips for many months. This 
along with highly elevated hemoglobin/hematocrit and the presence of a large ASD suggested significant right to left shunt. We felt that the 
right to left shunt from the ASD resulting in de-oxygenated blood perfusing the coronary circulation, compounded by coronary steal due to 
the CAVF, resulted in his presentation. His ASD was then closed, leading to resolution of symptoms and normalization of Hgb/Hct.
conclusion:  This case demonstrates a complex mechanism causing myocardial ischemia as described above and the importance of 
clinical decision making in identifying the most important reversible cause of symptoms.
